INTRODUCTION
T he HSAN encompasses a number of inherited disorders that are associated with sensory dysfunction that is, depressed reflexes, altered pain and temperature perception and varying degree of autonomic dysfunction that is, gastroesophageal reflux, postural hypotension, excessive sweating.
Dyck and Ohta proposed five distinct types of HSAN, of which type II and IV shows autosomal recessive inheritance. Its onset is at birth. Each HSAN disorder is likely to be caused by different genetic errors that affect specific aspects of small fiber neurodevelopment, which result in variable phenotypic expression.
Diagnosis is based on clinical features, the degree of both sensory and autonomic dysfunction. Chemical evaluation and pathological examination serve further to confirm the differences between them. Treatments for all these disorders are supportive.
On physical examination, she had bite marks on her tongue and tip of fingers. Her denture line was disturbed [ Figure 1 ]. A well-defined, deep ulcer was present over right hind foot. The ulcer was 1 cm × 1 cm in size and 1 cm deep. It was clean, base was hard and tendons and muscles were visible. It was nontender. There was no discharge [ Figure 2 ]. Multiple old scar marks of traumatic ulcers were present on both feet and hands. Right hand showed autoamputation of two fingers [ Figure 3 ]. Her milestone development was normal. Hair and nails were normal.
On neurological examination, deep tendon reflexes were absent. Her tactile sensation is present but pain and temperature absent. She is conscious, oriented with no cardinal nerve deficit and normal muscle bulk and power. There were no hypopigmented macules or thickened palpable nerves.
Investigations revealed hemoglobin on lower side that is, 9 g/dl. Other investigations such as total and differential leukocyte counts, thyroid function tests, urine examination were within normal limits. There was no organomegaly on ultrasonography. Ophthalmic examination was normal. X-ray of hand showed evidence of acro-osteolysis of 2 nd , 4 th , 5 th fingers of right hand and sclerosis and resorption of middle phalanx of ring finger of right hand.
Skin punch biopsy was suggestive of anhidrotic ectodermal dysplasia. There was absence of sweat glands [ Figure 4 ].
Nerve
conduction studies were suggestive of motor-sensory (sensory > motor) mixed (demylinating > axonal) polyneuropathy. Due to nonavailability, molecular DNA study was not done.
DISCUSSION
Hereditary sensory and autonomic neuropathy (HSAN) or hereditary sensory neuropathy (HSAN) is a condition used to describe any of the types of this disease which inhibit sensation. Five different clinical entities have been described under HSAN that is, types Hereditary sensory and autonomic neuropathy type IV is a rare genetic disorder characterized by the loss of sensation (sensory loss), especially in the feet and legs and less severely, in the hands and forearms. The sensory loss is due to abnormal functioning of small, unmyelinated nerve fibers and portions of the spinal cord that control responses to pain and temperature as well as other involuntary or automatic body processes. It is characterized by anhidrosis, absent or markedly decreased sweating. [1] [2] [3] [4] [5] It is the anhidrosis that causes episodic fevers and extreme hyperpyrexia. It is usually the earliest sign of the disorder and can cause recurrent febrile convulsions secondary to high environmental temperature. [1, 4] Like FD, HSAN IV is associated with decreased sensation and autonomic dysfunction. It may be confused with FD in the neonatal period but the differences become much clearer with time as the characteristic anhidrosis causes cutaneous changes and the sensory insensitivity is much more profound resulting in self-mutilation, auto-amputation, and corneal scarring. [6, 7] Although there is no immunological problem, individuals with HSAN IV have definite problems in healing of ectodermal structures skin and bone. Fractures are slow to heal and large weight-bearing joints appear particularly susceptible to repeated trauma and frequently go on to the development of Charcot joints and osteomyelitis. Speech is usually clear. Although hypotonia and delayed developmental milestones are frequent in the early years, strength and tone normalize with age. However, there can be severe learning problems. Hyperactivity and emotional lability are common.
Medical management is supportive. It is oriented to control of hyperthermia, prevention of self-mutilation and treatment of orthopedic problems that potentially can cause severe and debilitating deformities. Careful daily inspection for unrecognized injury is important. Braces may be required on the ankles to prevent injury to these weight bearing joints. Some children will require smoothing of the teeth or extraction to prevent self-mutilation of the tongue and lips. Irritability, hyperactivity and susceptibility to rages are seen in about 50% of patients. The prognosis for independent function depends on the degree of disease expression and the ability to control the secondary clinical problems.
Hereditary sensory and autonomic neuropathy type IV is second most common disorder. Very few cases had been reported in India. We claim to report the youngest female child with HSAN type IV fulfilling all the clinical, biochemical and histopathological criteria for the diagnosis.
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